intermittent abdominal pain, abdominal distensionl, and vomiting. She underwent two laparotomies in the next three years, the first for small bowel volvulus. At the second laparotomy dilatation of the duodenum, ileum and the right colon was noted and an ileocolic resection carried out. Both operations were followed by prolonged ileus. Thereafter her symptoms progressed in severity and she also experienced low back pain and alternating constipation and diarrhoea, the latter having all the characteristics of steatorrhoea. At the age of 29 she was referred to St Mark's Hospital for home parenteral nutrition as she continued to lose weight despite oral antibiotics, duodenal aspiration, intermittent intravenous fluid replacement and oral nutritional supplements.
Physical examination showed evidence of wasting and abdominal distension. Faecal fat excretion was increased at 33.6 mmol/day. Plain abdominal radiographs showed multiple dilated small bowel loops. A barium meal and follow through examination (Fig. 2) showed dilatation of the entire small bowel particularly marked in the duodenum. A Gastrografin (Schering Pharmaceuticals) enema I I 1.9 This 29 year old woman suffered from lifelong constipation which increased in severity with the onset of the menarche when it was also accompanied by abdominal pain and distension. Her symptoms were usually worse during the second half of the menstrual cycle and were often relieved by a premenstrual phase of diarrhoea. Between the ages of 18 and 20 she underwent two laparotomies for abdominal pain at one of which a histologically normal appendix was resected. A year later a barium study showed an absence of normal oesophageal peristalsis with a marked delay in emptying of contrast from the oesophagus. The duodenal loop was dilated as were the proximal small bowel loops but the distal small bowel appeared normal.
At the age of 21, during the 24th week of pregnancy, she developed absolute constipation resistant to medical treatment, and a transverse loop colostomy was fashioned. After a normal delivery the colostomy was closed but this was followed by impaction of the colon with hard faeces associated with signs of intestinal obstruction. Hence a left hemicolectomy was carried out, a transverse end-colostomy fashioned and the rectal stump oversewn. Even this procedure failed to improve intestinal transit and parenteral nutrition was commenced as her intake of food was inadequate. She was then transferred to The London Hospital (Whitechapel) for further management.
At this stage, plain abdominal films showed dilatation of both small and large bowel with many fluid levels. A technetium labelled gastric emptying study showed markedly delayed gastric emptying with a t 1/2 of 139 minutes (normal 37 minutes). Perfused tube pressure measurements showed three per minute antral contractile activity but no migration distally. Duodenal and jejunal fasting activity was infrequent, of low amplitude, and disorganised. Regular contractile activity (12 per minute) was present, but phasic activity was not. Most (70%) of the activity was nonmigratory. A small meal did not abolish this abnormal fasted pattern. Radiotelemetric recordings using two pressure sensitive radiopills spaced 40 cm apart showed similar abnormalities to the perfused tube studies, but small bowel activity was found to be much more reduced.
All attempts at providing enteral nutrition failed and there was a steady deterioration in her symptoms over the next few months. Hence, the rest of the colon was resected and an end-to-side ileorectal anastomosis carried out. The ileum distal to the anastomosis was brought out as an end ileostomy to serve as an ileal 'vent' (Fig. 4) Histological examination of the small intestine of both patients showed patchy and non-specific chronic inflammation of the mucosa with focal mild to moderate partial villous atrophy (Fig. 5) . These changes were probably related to stasis and bacterial overgrowth in the dilated segments. The submucosa showed no evidence of fibrosis. In case 111.6 the muscularis propria was grossly thinned because of bowel dilatation. Although the circular muscle appeared attenuated as a result of dilatation, there was no evidence of myocyte damage and the special stains showed only a very patchy increase in collagen and elastic fibres in the circular layer. In case 111.9 the circular muscle appeared normal (Fig. 5) .
The longitudinal muscle in both cases showed gross myocyte loss with vacuolar degeneration (Fig. 6) . Special stains showed an excess of collagen and elastic fibres in the external muscle coat, and this fibrosis and elastosis extended into serosal tissues.
The submucosal and myenteric nerve plexuses appeared normal throughout and there was no histological abnormality of blood vessels in either case.
The histopathological features, in particular the selective damage to the longitudinal muscle with (a) (b) Fig. 5 (a) There was no obvious musculoskeletal cause for this symptom, and it may well be a consequence of the underlying disease process. Two patients (1 1 1.4, 111.9), experienced an exacerbation of their symptoms during the second half of the menstrual cycle. In one of these patients (1 1 1.9) this cyclical variation was marked, and her constipation/pseudoobstruction became very severe in late pregnancy. This phenomenon may be related to changes in female sex hormone or prostaglandin levels that occur during the course of the menstrual cycle and in pregnancy.
This family illustrates the variable clinical expression of this disease: two patients with severe gastrointestinal involvement needed home parenteral nutrition and also underwent surgery to alleviate Rodrigues, Shepherd, Lennard-Jones, HawleY', ntdtl litorn,)psoñ~~~~~s their symptoms. One of these patients (11 1.6) had particularly severe proximal disease (duodenum and small bowel), whereas the other (1 1 . with at least six involved members. 
Familial visceral myopathy: a family

